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TpaAMLUMOHHO CYUTAETCS, YTO rnepBuYHble MMYyHoaepuuuTHble coctosHusa (MN) — peakue 3aboneBaHus. TemM He MeHee
yacTtoTta BcTpedaemocTu [TM/] B EBpone cylecTBEHHO Bhbillie, 4eM B Poccuu: Hallla cTaTUCTHKa o 3a60/1eBaHNSM BPOXKAEHHbI -
MU UMMyHoAEePULMTaMK laneKa OT UCTUHHOIO NMos1oxKeHus Bellen. OnbIT co3aaHns peructpa naumeHToB MM/ B PocToBCcKOM
o6s1acTU [JoKa3as, 4To coYeTaHMe OpraHM3alMOHHbIX M 06pa30BaTe/IbHbIX MEPOMNPUSTHI CTOCOBCTBYET CBOEBPEMEHHOM
AMarHoCTUKe, paLmoHaabHOM Tepanuu 1 yay4lleHUI0 Ka4eCTBa KU3HM NaLUeHTOB C NepBUYHbIMU UMMYyHOAEDULIMTaMU.
KnioyeBble cnoBa: nepBuYHbIA UMMYHOAEDULNT, PETUCTP NaLUEHTOB.

(Meanatpuyeckas papmaxonorus. 2013; 10 (5): 94-96)

B nocnegHee Bpemsi UMeeT MeCTO YeTKas TEHAEHLUMS
M3MEHEHUS OTHOLWIEHWUS K MpobGrieme NepPBUYHbIX UMMYHO-
nedvumtoB (MUAO). 3T 3aboneBaHns nepecTann paccma-
TpMBaTbCA € NO3MLMK daTaNbHOCTH, OfHAKO MUPOBOK OMbIT
NMoKa3blBaET, YTO OCHOBHbIM YCIOBWEM OTHOCUTENBLHO 6Garo-
NPUATHOrO MPOrHo3a SBMASETCS WX CBOEBPEMEHHAs auar-
HOCTMKa [1-4]. ToT daKT, 4To YacTtoTa BcTpedyaemocTtu MNJ
B EBpone MHOro 6onblie, YeM KONMYECTBO 3aperncTpupo-
BaHHbIX cnydaeB B Poccuu, sBnsSieTcs CNeacTBMEM OTCYT-
CTBMS pernctpauun 60sbHbiX [5, 6]. C Lenblo peleHns aton
npo6nembl B Macwtabax PoctoBckon obnactn HUN KnuHu-
4eCKoW MMMmyHonorum PoctTMY 6biin MCNONb30BaHbl BO3-
MOHOCTW METOA0NOTMMN CO3[aHNsa perncTpa naLmneHToB.

Pernctp — 310 cuctema c6opa, y4eTa M XpaHeHus
YHUOWLMPOBAHHOM MHDOPMALMK O NauMeHTax, UMELLMX
KOHKpeTHoe 3ab6oeBaHune, NoNy4atoLMx KOHKPETHOE Neve-
Hue. B PocToBCcKOW o6nacTtv co3fgaHue peructpa, T0 ecTb
NAaHOMEPHbIE MEPOMNPUATUA MO pPerucTpaumu nauneHToB
C YCTAHOB/IEHHbIMW TEHETUYECKMMU AedeKTamMu MMMYH-
HOW CUCTEMbI U NEPBUYHOMY BbISBJEHUIO TaKMX GONbHbIX,
BeJleTC B TEYEHUe ABYX /ET. ITO, B NEPBYIO O4EPEb, KOM-
NAeKC opraHu3aLnOHHbIX MEPOMNPUSATHUIA, OTNPABHOM TOYKOM

L.P. Sizyakina, l.I. Andreeva

KOTOpPbIX CTana noAroToBKa npukasa MuHWcTepcTBa 3apa-
BOOXpaHeHWs o06nacTi, OPUEHTUPOBAHHOIO Ha PYKOBO/M-
Tenew Bcex nevyebHbiX yypexaeHun. B npukase He TONbKo
[eKnapvpoBaHa Heo6X0AMMOCTb YNYyYLIEHUS ANArHOCTUKM
MAO: B NPUNOXKEHHOM K 3TOMY [AOKYMEHTY WHbOpMaLu-
OHHOW KapTe NauueHTa npeacTaBieHbl OCHOBHbIE HACTO-
paxuBatowme npusHaku MWL (Tabn. 1, 2) n anroputm
KOHKPETHbIX [ENCTBWUIA Bpaya B C/ly4ae Heo6X0AMMOCTH
NnabopaTopHOro NOATBEPKAEHUS KIMHUYECKOrO AMarHosa.
C uenblo NpUBAEYEHMS BHMMaHUS K npobneme nepBuY-
HbIX UMMyHOAEDULMTOB M BO3MOMXKHOCTU 06paTHON CBA3MU
C NeYeBHbIMM YYPEXIEeHU MW B roloBOM OTHET Mo neveb-
HOW paboTe TeppuTopmi 06nacTh Gbll BHECEH MYHKT, OTpa-
aloWwKnn XxapaKTeprucTuKy nauneHTtos ¢ MU,

C nepBbIX WaroB peanusaLuny 3ajia4y No Co34aHuto peru-
CTpa CTaslo ICHO, YTO yCreX OpraHM3aLUmMOoHHbIX MEPONPUATUI
BO3MOMEH TO/IbKO B YC/IOBUAX aKTUBHOW MPOCBETUTENIbHOM
fesTeNbHOCTU. B nepByto oyepeab aTo KacaeTcs MHPOPMHU-
pPOBaAHHOCTM MO BOMPOCaM MEePBUYHbIX UMMYHOAEDULIUTOB
KaK Y3KWUX CNELManncToB, TaK 1 Bpayen NepBUYHOro 3BeHa.
Mbl CTONKHYNUCb C «TOTaNlbHOW TMMOAMArHOCTMKOM» nep-
BMYHbIX UMMYHOAEeDUUMTHBIX cocTosHun (MC), B ocHoBe
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Register of Patients as an Effective Method of Diaghosing

Primary Immunodeficiencies

It has been traditionally considered that primary immunodeficiency states (PID) are rare diseases. However, the incidence rate of
PID in Europe is significantly higher than in Russia: our statistics on innate immunodeficiency morbidity is far from reality. Experience
of establishing a register of PID patients in the Rostov Region proved that the combination of organizational and educational activities
contributes to timely diagnostics, rational therapy and life quality improvement in patients with primary immunodeficiencies.

Key words: primary immunodeficiency, register of patients.

(Pediatricheskaya farmakologiya — Pediatric pharmacology. 2013; 10 (5): 94-96)



Ta6nuua 1. HactopaxkmMBatolime npuaHaku NnepBuYHOro MMMyHoaeduumuTa y aetem

YeTbipe nnm 6onee 060CTpeHNS OTUTA B TEYEHUE roJa

Peunausupytolime rnybokmne abeLecchbl KOXKK UM OpraHoB

[Ba nnun 6osnee TAXENbIX CUHYCUTa B Te4YeHue roga

MepcucTMpytoLLas MOOYHULIA UK TPUOKOBbLIE MHAEKLMU KOXKM

MoTpe6HOCTb B aHTHGaKTepuanbHOM Tepanuu B TeyeHne
2 1 6onee MecsLEeB C MUHUMAasbHbIM 3QGEKTOM

MoBTOpStOLLAsAca NOTPEOHOCTb BO BHYTPUBEHHOM
aHTMGaKTepuanbHON Tepanuu ans nevyeHus MHOEKLMN

[Be nnu 6onee NHEBMOHUU B TeYeHWe rosa

[Be nnu 6onee reHepanmM3oBaHHble MHOEKLUU, BKIOYaAdA
cerncuc

[noxas npubaBKa MnaJeHUEB B Bece 1 pocTe,
OCNOXHEHUS NMPY BaKLMHALMUKU HKUBbIMU BaKLMHaAMM

Hannuune B cemenHoOM aHaMHe3€e NepPBUYHbIX
UMMYyHOAEePULNTOB

Ta6nuua 2. HactopaxkmMBatoLimMe Npu3HaKu NepBUYHOro UMMyHoaedULMTa Y B3POCbIX

[Ba nnun 6onee 060CTPEHUS OTUTA B TEYEHUE rofa

PeuunansupytoLime rny6oKue abeLecchl KOXU MK OpraHos

[1Ba nnu 6onee 06OCTPEHUS CUMHYCHTa B TEYEHWE roja
(B YCNOBUSIX OTCYTCTBUS anieprmm)

MepcuUcTUpyoLWniA KaHaKa03 UK FTPUGKOBbLIE MHbEKLMK
KOMM

OaHa NHEBMOHMS €XKEeroAHO B TEYEHWE HECKOMbKUX NieT

MoTpebHOCTb BO BHYTPMBEHHOW aHTUGaKTEpUanIbHON
Tepanuu ans nevyeHns nHbexkUunmn

XpoHunyeckasn anapes ¢ notepen Beca

MHbeKUUS, BbiI3BaHHAA aTUMUYHBIMU MUKOBGAKTEPUAMHM

[TOBTOpPHbIE BUPYCHbIE MHDEKLINK
(OPMW, repnec, KOHAMNOMbI)

Hannune B ceMenHom aHaMHese NepBUYHbIX
UMMYHOAEPULIUTOB

KOTOpbIX NeXaT Takue npeacraBnenus, Kak «[MUI — kpanHe
penkoe 3aboneBaHWe, B amOynaTopHOM MpaKTWKe negua-
Tpa 3TWX NaLMEHTOB HET», «MEPBUYHOr0 MMMyHoaedpUUMTA
y B3pocC/biX ObiTb HE MOXET». O4eHb XapaKTepHbIM ANs
Bpayen aABngetca otoxaectsneHue noHatun MAUA v CrnA.
HepooLeHeHHOM ocTaeTcsl posib c60pa aHaMHe3a. TaK, Hamu
npu perncTpauumn nauneHToB ¢ paHee yCTaHOBNEHHbIM Ana-
rHO30M «X-cuenneHHas arammarnobynuHemus (X-AlT)» Bnep-
Bble Obl/1 BbIIBIEH NaLMEHT C arammarnobyimHemMmen cpeam
€ero POACTBEHHMKOB Ha OCHOBAHMM TONbKO TLLATENbHOrO
aHanM3a AaHHbIX CEMENHOro aHaMHe3sa.

OTCcyTCTBME HACTOPOXKEHHOCTUM Bpayen MNepBUYHOro
3BeHa B OoTHoweHuu MU npuBOAMT K HECBOEBPEMEHHOM
[AMarHOCTUKe, COOTBETCTBEHHO, HeaJeKBaTHOM Tepanuu.
MnntocTpaumen aTomy MOTYT CAYKWUTb cleylolme KanHuye-
CKME CnyyYau U3 Hallen NPaKTUKM.

BonbHas 0., 51 roa. MNoctynuna B TepaneBTUYECKOE OTae-
NeHue ¢ anobamu Ha nuxopagky ao 39°C, 6onun B rpyaHom
KNneTke, o6yt cnabocTb, 60K MO Xo4y KuWweyHuKa. C aet-
CKOro BoO3pacTa CTpajaeT HEMOTUMBMPOBAHHbLIMWU NIUXOpPaa-
KaMu. HeogHOKpaTHOe cTalMoHapHOe le4eHune ¢ Henpoaosn-
XUTENbHbIM MO3UTUBHbLIM 3ddeKToM. B 31 rog noctaBneH
narHo3 «XpOHUYECKUIM NnenoHedpu, B 42 roga nepeHecna
THOMHbIN MEHMHIUT, B 45 — 060CTPEHME XPOHMUYECKOIO SHTE-
poKoNnTa, B Te4eHMe 3 Mec NoTepsi B macce Tena coctaBuna
[0 10 Kr. PesynbraTthl nabopaTopHOro o6¢cnefoBaHmsa B Ku-
HUKe PoctTMY: IgG — cnegbl, IgM — cneppl, IgA — cnefbl.
Takum 06pa3zom, y nauneHTKn B Bo3pacTte 51 roga Bnepsble
yCTaHOBJIEH AMarHo3 o6uien BapnabenbHOM UMMYHHOW HEAO-
ctatoyHoctM (OBWH), arammarnobynMHemuun. HasHaveHa
3aMecTUTeNbHas Tepanus.

Cnegyowmm KIMHUYECKMI npumep (puc.) CRyxKuT ybe-
AMTENbHBbIM AOKa3aTeNlbCTBOM HEOGXOAMMOCTU PErynspHOWM
3aMecTUTeNbHOM Tepanuu. Y [ABYX Malb4MKOB B BO3pac-
Te 7 net 6bina BbisiBNEeHa araMmarniobynmHeMusi, 60ne3Hb
BpytoHa. MauuneHT b. nonyyaeT Tepanuio BHYTPUBEHHbIMMU
UMMYHOII06Y/IMHAMK EXXEMECHYHO B TedeHne 15 neT; B HacTo-
sillee BpeMs XKanob He NpeabsaBseT, Be4eT aKTUBHbIV 06pa3
*U3HW. PoacTBEHHMKM naumeHTa [. oT NpoBeAeHUs MOMHO-
LLEHHOW 3aMeCTUTeNbHOM Tepanuu OTKasanucb. B pesynb-

Tate nocne NepeHeceHHbIX B TeyeHne 15 netT nMHEBMOHMN,
rHOMHOro aHuedanuTa, cencuca, octeommennTa y 607bHOro
chopmupoBanach noaMopraHHas He4oCTaTO4HOCTb.

Takum o6pa3oMm, cpean MeponpusaTUiA MO yNydleHWUo
avarHoctukun MU B paMKax COo34aHWs pPerncrpa BarKHbIM
HanpaBieHvem sBaseTcs o6ydeHue Bpaden. [pu 3TOM Mbl
MMeEM B BMAY He TONIbKO 06s3aTe/lbHOe BBEAEHUE B NMPOrpam-
My MHTEpPHaTypbl U opauHaTypbl nekuun no MU, Ho v opra-
HU3aLUMIO CMeLMann3nMpoBaHHbIX LMKIOB TeMaTU4YecKoro
YCOBEPLIEHCTBOBAHMS MO MMMyHoAeduUMTaM Ana Bpayewn
BCEX KIMHWYECKMX chneuunanbHocTen. CyulecTBEHHOe 3Haue-
HWe, Ha Haw B34, UMeeT paclumpeHve dopmarta oby4ye-
HUS 3a CYET BKIOYeHMs MaTepuanos no MW B nporpammy
Hay4HO-MPaKTUYECKMX KOHdEPEHLIMI He TONMbKO creuuanu-
CTOB a/fieprosioroB-MMMyHO/0rOB, MeAMaTpoB, TeEpaneBToB,
HO 1 JIOP-Bpayen, XMpypros, AepMaTosnioros, Bpayen obuien
NPaKTWKK, HEBPOJIOTOB, rEMaTo/1I0roB, CTOMAaTOJ/I0r0B, a TaKKe
COTPYAHNYECTBO C 06/1aCTHBIMWU HAy4YHO-MPAKTUYECKUMM 06LLLE-
CTBaMM BCEX KIMHUYECKUX creuuanbHocTen. Mpyu 3ToM NoMu-
MO OCBELLEHUSI OCHOBHbIX KIMHUYECKMX NMPU3HAKOB MMMYHO-
AedULMTOB HEMANOBaXKHOW TEMOKN Ans BceobLlero oby4yeHns
Bpayen aBASETCA XxapaKTepucTmka MHGopmMaTMBHOCTU Nabopa-
TOPHbIX METOAOB MMMYHOAMArHOCTUKK. Bpayn AOMKHbI 3HATD,
YTO pesynbraTbl UMMYHOPEPMEHTHOIO aHaan3a — LWMPOKO
pacnpocTpaHEeHHOro MeToda [AMArHOCTUKUM MHQPEKLMOHHOM
naToNorMnm — He MOoryT 6biTb MHGOPMATUBHBIMU NPU aramma-
rno6ynMHEMMM, @ NepBbIM 1a6opaToOpPHLIM TECTOM NPW NOA0-
3peHun Ha MU/ no rymopanbHOMY TUMNY B YCIOBUSIX OTCYTCTBUSA
UMMYHOJIOTM4ECKOM NabopaToprmn MOXKET ObITb PYTUHHbLIN GKO-
XMMUWYECKMI aHaNn3 6eTKOBbIX GPaKLIMA KPOBM.

[o co3naHus permctpa B POCTOBCKOM 061aCcTH 6bI10 3ape-
rmcTpupoBaHo 11 yenosek ¢ nepBuyHbimu UAC. B HacTos-
llee BpemMs 3TOT CMMCOK BKi4YaeT 165 yenosek. Cpeau
NaLWeHTOB C YCTaHOBNEHHBLIM ANArHo3oMm «[lepBUYHbIA UMMY-
HoAePULMT» OOMUHUPYIOT 3aboneBaHnst, ONocpefoBaHHbIe
HapylleHNEM aHTUTEN006pa30BaHms, KOTOpble COCTaBMSIOT
95% BCex BbIIBMIEHHbIX C/ly4aeB: Ha JONI0 CeNeKTUBHON IgA-
HegocTaTto4yHocTu npuxoamtes 43%; no 30% cocrtaBnsatoT
nauneHTbl C TPaH3WUTOPHOW runoraMmmariobynHeMnen;
y 11% noarBepxgaetcs X-cuenneHHas arammarniobynnHe-
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B npaKTUKy neguartpa

Puc. Hactota KIMHUYECKUX NPOABIEHUI

BonbHoi A. AunarHo3 «X-AlT» noctaBneH B 1996 r.,
lop, nony4yaet BBUI c 2011 r.
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lMpumeyvarme. X-Al'T — X-cuenneHHas arammarnobynmHemus, BBUI — BHyTpuBEHHblIE MMMYHOM06ynuHbl, OPBW — ocTpble pecnvpaTopHble

BUPYCHbIE MHDEKLIMM.

mMus, y 16% — obuasa BapnabenbHas UMMyHHas HeaoCcTaTou-
HOCTb. Y 60/1bHbIX araMmmMarnobynmHemMmen JOMUHUPYIOWMUMHU
NpOosIBNEHUSIMM OONE3HU ABNAOTCA 6pOoHX0oneroyHbie n JIOP-
nHoekumm (90% npu X-AIT n 100% npu OBUH). THOMHbIE
MHQEKLUMN MSATKMX TKaHEW C OJMHAKOBOM 4acTOTOM OTMe-
yatotca B 06eunx rpynnax 6onbHbix: 25% npu X-AIT 1 27%
npu OBWH; ractposHTEpOKONWT, anneprudyeckne 60ne3Hu
y naumeHToB ¢ X-AlT BcTpeyatotesa Yawe — 38 npotns 28%
60nbHbIX OBUH. Kpome Toro, cnexkTp KAMHUYECKKX MposBe-
HUM y NauMeHTOB C X-CLLEeNeHHON araMmariobyiMHeMnUen
6onblue: B oTn4yme ot naumeHtoB ¢ OBUH y Hux B 50% cnyya-
€B 3aperucTpmMpoBaH peakTUBHbIN apTpuT, B 38% — MEHWH-
rosHuedanut, B 12% — octeoMuenut un cencuc. B 1o xe
Bpemsa npu OBWH Bbie YacToTa peuuanBupyiolen rep-
netMyeckonm mHoekuun (43 npotme 22%), B 12% cnyyaes
BbIIB/IeHa remouuToneHns. HayanbHble Npu3Haku 601e3Hn
y naumeHToB ¢ X-Al'T B 50% cny4yaeB Obln 3aperMcTpupoBa-
Hbl Ha NepBOM roay Xu3uu ny 50% — B Bo3pacTe 2 1 9 nert.
CpeaHnin BO3pacT BbICTaB/IEHUA AMaArHo3a — 9 eT, nepu-
0[I OT MOMEHTa MNOoSBNEHUS KIUHWUYECKOW CUMMTOMATUKM
[0 MOCTaHOBKM AnarHo3a — 4 roga. Y nauuneHtoB ¢ OBMH
yale nepBuYHoe MnosiBeHNe CUMNTOMOB OTMEYEHO B BO3-
pacte 10-20 net (80%); B nepBble 10 NET XU3HU, TaK e
KaK 1 B Bo3pacTte 30-40 neT, KIMHUYEeCKasd cCUMNTOMaTUKa
nposisunace B 10% cnyvaeB. JuarHo3 «[lepBUYHBIN MMMY-
HoaeduumMT, obuias BapuabenbHas UMMYHHas HeaoCTaTou-
HOCTb» MOCTaBNIEH B cpedHeM B Bo3pacte 35 neT, a nepuoa
OT NOSIBIEHUS KTIMHUYECKOWM CUMMNTOMATUKK 0 KIIMHUYECKO-
ro AnarHosa coctasun 19 nert.

BecbMa WMHTEpPECHbI JaHHble aHann3a McTopuin 6ones-
HW, CBUIETENbCTBYIOLWME O TOM, YTO MHTEPBAN OT MOMEHTA
NMOCTAHOBKMW AMarHo3a A0 Hayana NnpoBeAEHUS PErynspHom
Tepanuu y nauueHToB ¢ X-AlT coctaBun 2 roga. Y nauu-
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eHtoB ¢ OBMH B 50% cnyyaeB 3TOT nepuoj cocCTaBu
1 roa, B TO BpeMsl Kak ocTasibHble 50% 60MbHbIX, HECMOTPS
Ha HaM4Me KIIMHUYECKUX NPOSIBIEHUI M AMarHo3a, perynsp-
HYIO 3aMECTUTENbHYIO TEPANUIO HE MOJy4HaloT.

Taknm o6pasom, paboTon no co3gaHuo pernctpa MU
Gblna NPOAMKTOBaHa crneaylollas HeManoBarkHas 3aja4ya —
obecneyeHne 3aMecTUTENlbHOW Tepanuu. B 3Ttom nnaHe
HenpeoJoIMMON pamMKamu Hallelh KOMMETEeHLMK aBAseTcs
npo6nema nosy4yeHns nNpenapatoB BHYTPUBEHHbLIX MMMYHO-
rnoéynuHos (BBUI) B3pocnbiMK naumeHTamun 6e3 nHBanui-
HOCTM M He MMEWLMX NpaBa MNoSy4YuTb TAKOBYIO B CBSA3M
C AMarHo3oM nepBuYHOro UMmyHogedmumuta. Kpome Toro,
npenapatbl BBUI, npegnaraemble nauueHTtam B cUCTEME
JIOMOSIHUTENbHOIO NIEKAapPCTBEHHOro ob6ecneyeHuns, He Bcer-
[la COOTBETCTBYIOT TPE6GOBaAHUAM 3aMeCTUTENBHON Tepanuu.
[oaTtomy Mbl perynsipHo obpaliaemcs K pyKoBOACTBY 34pa-
BOOXpaHeHus PocToBCKOM o61acTi ¢ NpocbO0on 0 BO3MOXK-
HOCTM MPEOAONEHNA 3TUX MPOGNEM Ha MECTHOM YpPOBHE,
a TaKXXe y4acTByeM B MEPOMNPUATUSAX 06LLIEPOCCUMCKMX NaLy-
EHTCKMX OpraHmM3auui, 6naroTBOpPUTENbHbIX GOH/I0B.

Ewe oaHMM HanpaBfeHMEM Hallen paboTbl, HEOOXO-
JIMMOCTb KOTOPOro BO3HWKIA B MpOLLECCe CO3[aHUsA perun-
cTpa, CTanu MeponpusaTus ¢ nauveHtamu. 310 U nposeae-
HWe wWKonbl 60MbHbIX MW/, oKa3blBalolWen CylwecTBEHHOe
NO3UTUBHOE BAMSHUE HA MCUXONOrMYECKMI CTaTyC GONbHBbIX;
W UHAMBMAOYaNbHAA NPOCBETUTENbCKAsA pabGoTa O BaXHOCTU
TWATENbHOrO BbINOMHEHUSA BpayeGHbIX peKomMeHAaL Wi,

Taknm 06pas3omM, METOA0NOIMA GOPMUPOBAHMSA perncTpa
nauMeHToB, OCHOBaHHAs Ha COYETAHUM OPraHM3aLUOHHbIX
M nNpodeccuoHanbHbIX MepPONPUATUIM, CNOCOBCTBYET CBOE-
BPEMEHHOW ANarHOCTUKE U, COOTBETCTBEHHO, paLMOHaIbHOM
Tepanuu, ynyylleHno KauecTBa X13HU NaLMEHTOB C NEPBUY-
HbIMW UMMYyHOZEeDULUTAMMU.
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